and tactile neglect and homonymous hemianopsia. There was no history of trauma or risk factors for stroke, except for well-controlled hypertension.
Diffusion-weighted MRI showed a recent infarction in the middle cerebral artery region ( fig. 1 A) . On carotid Doppler ultrasonography and CT angiography, a flame-shaped occlusion 1 cm after the origin of the right internal carotid artery (ICA) was found ( fig. 1 B) . The left ICA showed a sudden caliber reduction at the cervical level for more than a length of 1 cm ( fig. 1 D) . Two months later, a control CT angiography revealed recanalization of the right ICA ( fig. 1 B) and formation of pseudoaneurysm at the left ICA ( fig. 1 E) . Further cardiovascular workup revealed a moderate aortic cusp insufficiency.
To our knowledge, this is the first report of spontaneous CAD in a patient with WS. So far the literature only describes stenoses of medium-and large-sized arteries as the origin of stroke in WS [3] . But, based on this case report, we conclude that stroke in WS may be related to a CAD. We assume that the dissection is caused by an ELN arteriopathy leading to hypertension, increased arterial stiffness and vessel wall stress. It is known that ELN haploinsufficiency leads to an in increased proliferation of vascular smooth muscle cells, thicker intima-media thickness and arterial vasculopathy with luminal narrowing [7] . Electron microscopy showed major elastic fiber abnormalities with renal artery stenosis in WS, and pathologic observations showed thick irregular elastic fibers [8] . In mouse models of WS with ELN deficiency, obstructive arterial disease is accompanied by a compensatory increase in the number of rings of elastic lamellae and by intimal smooth muscle proliferation and reorganization [9] . In addition, previous studies demonstrated mild elastic fiber abnormalities in a third of the spontaneous CADs. Using electron microscopic investigation of skin biopsies, previous studies also revealed the presence of abnormalities in the connective tissue morphology in 50-60% of these patients [6] . Nevertheless, new studies are needed to discuss the role of WS in the group of genetic connective tissue diseases which predisposes to CAD.
Williams syndrome (WS), a rare neurodevelopmental disorder, is caused by microdeletion at chromosomal subunit 7q11.23, encompassing elastin (ELN) in 90% of the cases [1] . WS is characterized by cardiovascular and endocrine abnormalities, elfinlike facial appearance and mental retardation. Many of the cardiovascular features in WS are the result of ELN haploinsufficiency. Developmental changes in the vessel wall in WS are associated with altered vessel compliance and increased mean arterial pressure [2] . Although stroke is rare in WS, vascular disease, especially supravalvular aortic stenosis and pulmonary artery stenosis, is a classical complication ( 1 70%). Many of the cardiovascular abnormalities found in WS are established risk factors for stroke, including arterial hypertension and cardiac disease [3] . Progressive intracranial stenosis leading to moyamoya phenomena has also been reported in a few cases [3] . Given its major role in the structure of the vessel wall, ELN is also a target of investigation for the identification of the etiology of spontaneous cervical artery dissection (CAD) [4] . ELN mutations have, however, not been found in patients with CAD [5] .
A 51-year-old woman, with typical morphological characteristics and FISH confirmed deletion of 7q11.23, was admitted for acute left hemiplegia. Genetic analysis was performed in 1997. Physical examination revealed complete left hemiplegia, visual Color version available online
